IN 1847, Cheevers1 reported a syndrome of congenital heart defects which included absent pulmonary valve, ventricular septal defect, anular pulmonary stenosis, and dilatation of the main pulmonary artery and one or both pulmonary branches The data obtained from cardiac catheterization are summarized in table 1. In the 13 patients in whom they could be measured, pressure measurements indicated a peak systolic gradient ranging from 45 to 85 mm Hg from the right ventricular outflow tract to the main pulmonary artery. By both pressure determinations and angiography, six patients were found to have infundibular stenosis in addition to the anular pulmonary stenosis. In all patients, the right ventricular peak systolic pressure was at the systemic level. By angiography, all patients had aneurysmally dilated main pulmonary and right pulmonary arteries. One patient had an absent left pulmonary artery. Twelve had associated dilatation of the left pulmonary artery. Two patients had right pulmonary branch stenosis, two had left pulmonary artery branch stenosis, and one had bilateral branch stenosis. In ten patients, right ventricular angiography demonstrated that the right ventricular outflow tract was displaced to the left as seen in tetralogy of Fallot ( fig. 3) . Each of the other five patients had a normally oriented outflow tract. By angiography, observation at surgery and/or postmortem examination, all had a hypoplastic right ventricular infundibulum. 
Medical and Surgical Results
Six of the 15 patients had severe respiratory distress during early infancy. One of them died at one day of age because of respiratory insufficiency despite assisted ventilation. Two other infants were improved temporarily by intensive ventilatory and other medical therapy on initial admission, but had recurrent respiratory distress requiring frequent hospitalization. At The other three patients with severe respiratory distress during infancy benefitted from a respiratory therapy program in the hospital, followed by a home inhalation therapy program administered by the parents. They received nebulization therapy three or four times daily, utilizing normal saline, V/s% phenylephrine HC1 and isoetharine HC1. At the first indication of an upper airway infection, the nebulization program was increased to six times per day, oral antibiotics were administered, and other decongestants were given by mouth in addition to theophylline to increase the patency of the small airways. All patients received digitalis and diuretics to treat their congestive heart failure. While two of these three patients required a combined total of 21 hospital admissions to treat respiratory problems before the age of 16 months, neither has been hospitalized since that time and they are currently 21 and 31 months of age. The third patient was managed successfully with the program as described until 3 3/12 years of age, 12.6 kg, when he underwent intracardiac repair. At 1.75 years postoperatively, he is doing well, without respiratory symptoms.
The nine patients with milder symptoms in infancy received a preventive respiratory therapy program in addition to anticongestive heart failure measures. Seven of these children have undergone intracardiac repair. All had Dacron patch closure of the ventricular septal defect and all but one received a Dacron outflow patch through the pulmonary anulus.
The operative results of all patients are summarized in table 2. The age at time of operation ranged from 2.35 years to 16 years, mean 7.3 years. All patients survived the immediate postoperative period; one patient, 4.5 years of age at the time of operation, had an uncomplicated recovery but died suddenly and unexpectedly six months postoperatively at home. There are no details available concerning his death. All surviving patients are asymptomatic. Only one patient remains on digitalis therapy because of persistent cardiomegaly. None of these patients have recurring respiratory symptoms. No patient received a prosthetic pulmonary valve and as expected all patients continue to have pulmonary regurgitation clinically. Since both of our patients operated upon in infancy died, while the three infants with severe symptoms treated with stringent medical therapy survived infancy, we would agree with Stafford et al.14 that surgical repair be delayed until the patient is older. We feel that the majority of cases can be managed without surgery in infancy.
None of our patients operated upon received a prosthetic pulmonary valve, despite continuing pulmonary regurgitation. All are functioning well, including two women who have tolerated pregnancies and normal delivery. However, with patients who have significant postoperative pulmonary branch stenosis or other defects causing high pulmonary pressures, a pulmonary valve prosthesis may be indicated.
